A population based and validated 10 year cohort of 94 cases with split hand/foot born in Hungary, 1975Hungary, -1984 
Three kinds of differentiation were performed in cases of SHF. First, SHF was separated into isolated (SFH without non-limb defect) and multiple (SHF associated with nonlimb defect) categories. 4 Second, typical and atypical SHF were differentiated in isolated cases. 5 Typical cases were in general multimelic, that is, more than one limb was involved, and frequently familial. Atypical cases were unimelic and sporadic and, in addition, the remaining marginal rays were always hypoplastic and the cleft may have had rudimentary digits. Third, there are two main subtypes of typical isolated SHF.2 (1) Lobster claw is characterised by a cone shaped cleft tapering proximally and dividing the hand/foot into two parts which can be opposed like lobster claws. In the mildest forms the third finger or toe is absent but the corresponding metacarpal/ metatarsal bone is almost normal. (2) Monodactyly is characterised by deficiency of the central and radial-tibial axes, that is, digits 1 to 4, such that there is no cleft formation and only one digit, usually the fifth, is present.6
In this paper the findings of a case-control epidemiological study on It is worth mentioning that the previously described three girls with four affected limbs, and the one boy with three affected limbs, had no positive family history. However, we cannot exclude the possibility that these cases were the consequence of a new mutation, or they may have had a non-penetrant parent.
SHF occurred in the second degree relatives of four cases ( fig 1) ; however, two second degree relatives belonged to the previously described families (20/1977 and 21/1977) . The fifth familial case occurred in the uncle of a case (43/1978) with a defect of the third ray in both hands. The maternal uncle had a unilateral left split hand. No radiological defect could be detected in the mother of this case. In the sixth familial case (35/1979), the boy had a SHF of the left hand and both feet. His paternal uncle was affected with bilateral split feet (partial absence of toes 2 and 3 with syndactyly between toes 3 and 4). His maternal uncle was reported to have four fingers only in both hands but a personal examination could not be carried out. The mother and father of this case have no SHF but both are deaf. This case is also affected with deafness, thus the co-occurrence of congenital deafness and split hand and foot syndrome cannot be excluded. Of 263 cousins, none had SHF. Thus, of 52 cases, six (11-5%) were familial taking into consideration four cases with 'regular' dominant and two cases with 'irregular' dominant inheritance.
In evaluating occurrence in sibs, the outcomes of previous and subsequent pregnancies may be important if there is prenatal loss of affected fetuses. However, a higher rate of fetal death (ectopic pregnancy, miscarriages, stillbirth) was not found in the case group. The lower number of subsequent pregnancies of case mothers is noteworthy (10 v 42) and may indicate a negative effect of SHF on future family planning.
The rate of other congenital abnormalities (4-6%) in the first degree relatives of cases corresponds well with the expected figure based on the recorded Hungarian data (about 4%). However, this figure was distorted by a familial aggregation of patella aplasia in three members of the same family.
Of ' 12 Familial cases, however, represent only a proportion of isolated SHF cases. The sporadic and unimelic manifestation with nearly exclusive involvement of the upper limbs, the intrauterine growth retardation, and the lower socioeconomic status of the parents seem to be characteristic of the remaining cases, mainly atypical SHF. Some of these findings are in agreement with the vascular disruption hypothesis. 13 
